Abstract
Introduction
Kikuchi-Fujimoto disease (Kikuchi 's disease, histiocytic necrotizing lymphadenitis) is a rare cause of cervical lymphadenopathy. It was first described by Kikuchi I of Japan in 1972 and later the same year by Fujimoto et al. ' It is most common among young Asian women. Only a few isolated cases have been reported in Europe (it was first reported in the United Kingdom in 1985
3 ) . Kikuchi 's disease is likewise uncommon in the United States.' However, there is speculation that the disease is under-recognized and underdiagnosed in the Western world. ' The cause of Kikuchi 's disease is unknown. A number of viruses have been implicated-including cytomegalovirus, Epstein-Barr virus, human herpesvirus, varicella zoster virus, and parainfluenza virus-but studies have failed to identify a specific pathogen."
The most common presenting symptom of Kikuchi's disease is cervical lymphadenopathy (-80% of cases), usually in the posterior triangle; associated fever and weight loss are often present. ' Affected patients may also exhibit skin manifestations and central nervous system involvement. Systemic lupus erythematosus (SLE) can follow or coexist with Kikuchi's disease in patients with previously undiagnosed with SLE.5.6As it is a benign disease, most symptoms resolve within 6 months without treatment. Approximately 3% of patients develop a recurrence, usually in 6 to 12 years ."
Clinically and histologically, Kikuchi's disease can be mistaken for SLE or, more important, for malignant lymphoma. Turner et al described 25 patients with Kikuchi's disease who had been initially misdiagnosed with lymphoma; 11 of these patients had been subjected to unnecessary invasive procedures." Likewise, Dorfman and Berry reported that 40 % of patients with Kikuchi's dise ase in their series had been initially misdiagnosed pathologically and that some had been unnecessarily treated with chemotherapy. ' A diagnosis of Kikuchi's disease can be established only by excisionallymph node biopsy. Fine-needle aspiration cytology may suggest Kikuchi 's disease, but Tong et al found that it was accurate in only 56 .7% of cases ." No radiologic findings are specific to Kikuchi's disease; both computed tomography (CT) and magnetic resonance imaging (MRI) demonstrate multiple enlarged lymph nodes, which may mimic malignant lymphoma and various other nodal diseases such as metastasis, tuberculosis, and lupus lymphadenitis. to Serologic investigations are unhelpful; at most, they may reveal that the complete blood count (CBC) is normal or slightly elevated, or they may demonstrate leukopenia. Most patients will have a mildly elevated erythrocyte sedimentation rate (ESR) or C-reactive protein level."
We report a case of Kikuchi 's disease that we treated at Galway University Hospital (patient 1), and we review 2 other cases that were encountered by others at our institution. tomatic . Th e previous year, she had prese nted with a left axillary mass , which was excised and sent for histologic analy sis. The ana lysis had been incon clusive. Toxopl asmos is and SLE had bee n proposed as possible etiolog ies, but no furt her investigatio ns had been undert aken .
Case reports
On this occasion, two nodes from the pos terior triangle were exc ised and sent for histologic analysis. Kikuch i's disease had been suspec ted, and it was confirmed by a pathologist at another hospit al. This prompted a histopathologist at our insti tution to review the patient's histology slides from the prev ious year, and this reanalysis also showed Kikuchi 's disease. Th e patient recovered uneve ntfully, and I I years later she had not exhibited any evidence of recurrence.
Patient 2. In 2000 , a 47 -year-old woman presented with a 4-week history of cervical lymphadenopath y in the posteri or triangle and assoc iated fever, lethargy, and a maculopapu lar rash on her upp er limbs. Initially, an infectiou s ca use was cons idere d, and a number of investigations were undertaken. However, the CBC, ESR, liver function test results, blood cultures, and bone marrow biopsy findings were normal. Likewise, sero log ic investigations for brucellosis, toxoplasmosis, Lyme disease, and hepatitis B and C virus infections were negative. Finally, autoimmunity screening for antinuclea r fac tor (ANF), rheumatoid factor, and antineutrophil cytop lasm ic antibody also yielded negative result s.
Next, an exc isional lymph node biopsy was performed . Findings on histologic exa mination sugges ted cat-scratch disease, but the patient had no history of contact with ca ts. A seru m sample was sent to a laboratory in the U.K. for eva luation ofIgM and IgG levels for Bartonella hense lae. When the results were negative for current or rece nt infection, the lym ph node histology was reviewed . It was upon reexamina tion that Kikuchi's disease was diagnosed.
Six months later, the patient presented to her ge nera l practit ioner with a facia l rash, and she was referred for a dermatology opi nion. Discoid lupus ery thematosus was diag nose d on the basis of a positive skin biopsy and a serum ANF of 1:20.
At 6 yea rs offollow-up, the patient exhibited no evidence of recurre nce of either Kik uchi's disease or SLE.
Patient 3. In 2004, a 33-year-old woman pre sented with a 4-week his tory of cervical lym phadenopath y in the posterior tria ngle . She had no other symp toms . Serology for brucellosis and toxoplasmosis was nega tive, but histologic examination of an excis ional lymph node biopsy specimen identi fied Kik uchi's disease. No other inves tigation or treat ment was necessary, and the patient' s condit ion reso lved. She remai ned well 2 years later.
Discussion
It has been postulated that Kikuc hi's disease may be a for m of early SLE because of the high freq uency of SLE Volume 86 , Number 7 flare-ups see n in patie nts with Kikuchi' s disease. In our patient 2, serologic markers for SLE were initially negative, but she presented 6 mon ths later with discoid lupus ery thematosus and a positive ANF res ult. As of ea rly 2007, patient s I and 3 had not developed SLE. Cat-scratch disease was initially considered for patient 2, but it was ruled out after an indi rect fluorescent antibody test for B henselae was negative. In patient I, the Kikuchi disease actually represented a recurrence of disease that had been undiagnosed a year earlie r. None of these 3 patie nts had bee n initia lly misdiagnosed with lym phoma, and none require d any treatment for their sym ptom s.
l ang et al suggested using an ora l glucocorticoid for patients wit h severe and/or persis tent sym ptoms and for those who experience a recurre nce .12 The use of other oral immu nosuppressants has also bee n suggested in the literature." However,ofour 3 patients,only patien t I experie nced lethargy and fever, and these sympto ms were not severe enoug h to warrant oral glucocorticoid therapy. Patient s 2 and 3 complained only of cerv ica l lymphadenopath y, and it resolved spontaneously in both cases. All 3 patient s continue to undergo follow-up to look for recurrence of Kikuchi 's disease and SLE.
